improved with age, her mother admitted the patient tired easily with exercise. Frequent falls were responsible for chipping of incisor teeth. The patient had difficulty with mastication. Her cough was weak. Symptoms indicative of aspiration were denied. Encopresis due to faecal retention and overflow incontinence was a chronic problem -a symptom of smooth muscle dysfunction. There was no clinical evidence of myotonia.
Speech and language developmental progress were slow. IQ was subnormal. Facial paresis persisted throughout childhood (Figures 2, 3, 4) . Although muscle tone
The electrocardiogram showed PR prolongation at 0.2 msec. There was no evidence of an intraventricular conduction defect. Chest X-ray was normal. The patient would not co-operate for respiratory function tests.
The patient had undergone anaesthesia for myringotomy at the age of twenty-two months. This had been undertaken at another hospital and the records were unavailable.
The patient was premedicated with oral diazepam 0.3 mg/kg. On arrival in the anaesthetic room she was still somewhat apprehensive. Anaesthesia was induced with thiopentone 5 mg/kg IV. Nitrous oxide 70% in oxygen was administered while the electromyogram was set up. Neuromuscular transmission during anaesthesia ( Figure 5 ) was monitored using a Datex Relaxograph NMT 100 monitor. Trainof-four supramaximal stimuli (45 mA), at a frequency of 2 Hz, with a pulse width of 0.1 msec were applied to the ulnar nerve at the wrist every 20 seconds. Evoked compound muscle action potentials were recorded from the adductor pollicis muscle. Suxamethonium 0.5 mg/kg IV was given. This caused an abnormal responsesustained generalised contractures lasting approximately 45 seconds. Nasotracheal intubation was readily accomplished after relaxation developed. Respiration was assisted until return of muscle power within three minutes. A small dose of alcuronium (0.15 mglkg IV) resulted in 90% neuromuscular blockade. Controlled ventilation was instituted and surgery began. Fresh gas flows were oxygen 1.51/min, nitrous oxide 3 llmin, supplemented with morphine 3 mg IV. A further increment of alcuronium 0.075 mg/kg was given when the first twitch (Tl) recovered to 25% of control 37 minutes after the initial dose. T 1 recovered again to 20% of control after a further 48 minutes. Neuromuscular block was reversed with neostigmine 0.05 mg/kg and atropine 0.02 mg/kg. The first to fourth twitch ratio (T 1 IT 4) rapidly recovered to 85%. Nitrous oxide was discontinued. The patient resumed spontaneous ventilation and removed her own nasotracheal tube. In the recovery room she was co-operative but miserable.
Postoperative observations were stable during this period and the patient returned to the ward where she made an uneventful recovery, returning home the following morning. DISCUSSION Anaesthesia in the hypotonic neon ate with congenital myotonic dystrophy has been reviewed by Bray and Inkster. 2 This case history suggests that because tone improves during infancy the anaesthetic problems encountered in childhood are not as great as in the neonate. These children progress to features of the adult form of the disease. Such features occur at an earlier age and are of greater severity than in typical adult-Qnset myotonic dystrophy. Clinical myotonia was not demonstrated in this child and progression to adult form had not yet occurred.
Despite the absence of clinical myotonia, succinylcholine caused tonic contracture. We suggest succinylcholine be avoided in patients of any age with this myopathy.
This child demonstrated a sensitivity to the nondepolarising muscle relaxant alcuronium. This occurred following succinylcholine, which may have modified the neuromuscular response.
Patient sensitivity to nondepolarising muscle relaxants is variable. 3 Our patient may simply lie in the lower end of a normal distribution.
